Histological alterations ofthe cerebellum in some cases of progressive myoclonus epilepsy have been described previously (Ammermann, 1940; Anraku et al., 1965; Matthews et al., 1969; Koskiniemi et al., 1974; Van Heycop Ten Ham, 1974) . Lafora bodies were not constantly present, but they were associated with other alterations such as cellular depletion of the granular layer, loss of Purkinje cells, and degenerative changes in the dentate nucleus.
The following is a familial case of progressive (Accepted 11 November 1975.) myoclonus Histologicalfeatures Microscopically, some changes were found in the cerebral cortex, which showed a discrete neuronal depletion, but they were without architectural disturbances. Some corpora amylacea were found scattered in various regions, particularly below the basal ganglia.
In the granular layer (Fig. 2 ) and in some Purkinje cells of the cerebellar cortex (Fig. 3) were found numerous Lafora bodies of various sizes, all of which had central homogeneous cores and peripheral Alcian positive haloes (Fig. 4) . Near many Lafora bodies a nucleolated nucleus was observed, which revealed the intracellular position of these corpuscles (Fig. 5) .
Histological and histochemical stains performed on fixed and unfixed frozen sections of all organs revealed no pathological substances in the cells or in the interstitial tissues.
The presence of both corpora amylacea and Lafora bodies in the central nervous system caused us to make a histochemical study of the two inclusion types. Sections of the CNS were processed with traditional histological methods and with some histochemical reactions as suggested by Jaspar and Prick (1969) . The methods were: for detection of proteins (Danielli's tetrazonium test), nucleic acids (Feulgen), lipids (Sudan black B, Sudan III and Nile blue), and carbohydrates (PAS, Alcian blue, Alcian-PAS as described by Lillie (1965) , toluidine blue, Congo red).
The results demonstrate a similar composition for the two types of corpuscles. In both types the central core was intensely PAS positive and the peripheral halo of the Lafora bodies or the concentric, multilaminated rim of the corpora amylacea (Fig. 6) In the skeletal muscle of some cases of progressive myoclonus epilepsy, PAS positive or basophilic deposits have been found (Allegranza et at., 1963; Schwarz and Janoff, 1965; Van Heycop Ten Ham, 1965 . Muscular atrophy in the extremities, described in most cases by Koskiniemi et at. (1974) was present, but no accumulation of pathological substance was found. A pathological classification of progressive myoclonus epilepsy by Franck and Reznik (1967) and Seitelberger (1968) 
